Introduction {#section1-1179547619853534}
============

Eccrine nevus is a rare, benign, congenital hamartoma composed of hyperplastic eccrine glands commonly found on forearms with associated hyperhidrosis.^[@bibr1-1179547619853534]^ Although there have been isolated reports of eccrine nevi associated with hypopigmentation, plaques, brown papules, and depressed lesions, eccrine nevi usually do not have underlying skin findings.^[@bibr2-1179547619853534][@bibr3-1179547619853534][@bibr4-1179547619853534]-[@bibr5-1179547619853534]^ An unusual variant of eccrine nevi consisting of coccygeal polypoid lesions without hyperhidrosis has been termed coccygeal polypoid eccrine nevus (CPEN).^[@bibr6-1179547619853534],[@bibr12-1179547619853534]^ We present the case of an asymptomatic 16-month-old female with a congenital lesion in the lower sacral area. Few cases have been reported in the medical literature.^[@bibr7-1179547619853534][@bibr8-1179547619853534]-[@bibr9-1179547619853534]^ The literature shall be reviewed in conjunction with the differential diagnoses that should be considered when encountering a sacral lesion.

Case Report {#section2-1179547619853534}
===========

A 16-month-old female was brought to the clinic for removal of an asymptomatic papule in the coccygeal region that was present since birth. The patient was otherwise healthy with no significant birth defects or family history of similar lesions. The lesion was not associated with any pain, tenderness, constitutional symptoms, localized hyperhidrosis, or hypertrichosis. Grossly, the lesion was a solitary 0.3-cm, gray-tan, firm, nonerythematous, nonblanching papule on the patient's lower coccyx, and a sacral X-ray demonstrated a normal 5-segment sacrum. A shave biopsy revealed a polypoid lesion with a nonacanthotic epidermis and a normally vascularized fibrous dermis. A focal collection revealed numerous hyperplastic eccrine ducts. A pilar structure is also noted at the pedicle of the lesion most likely a part of the hair bearing skin of the sacral area ([Figures 1](#fig1-1179547619853534){ref-type="fig"} and [2](#fig2-1179547619853534){ref-type="fig"}). The patient had no recurrence of the lesion a year after the excision.

![Elongated skin lesion covered with a thin layer of epidermis and normally vascularized dermis. It demonstrates the central coiled eccrine gland and surrounding dermis (hematoxylin/eosin stain 40×).](10.1177_1179547619853534-fig1){#fig1-1179547619853534}

![Hyperplastic eccrine glands surrounded by fibrous stroma (hematoxylin/eosin stain 400×).](10.1177_1179547619853534-fig2){#fig2-1179547619853534}

Conclusions {#section3-1179547619853534}
===========

Coccygeal polypoid eccrine nevus is an asymptomatic congenital polypoid lesion with no reported evidence of hyperhidrosis.^[@bibr6-1179547619853534]^ Histologically, there are hyperplastic eccrine ducts surrounded by adipose tissue and occasional vascular ectasia. There have been few cases of CPEN in the literature, with only 1 case associated with other congenital anomalies.^[@bibr9-1179547619853534]^ CPEN occurs predominately in women. The lesions ranged from 3 to 7 mm and are associated with adipose tissue.

The differential for CPEN includes eccrine nevus, eccrine angiomatous hamartoma, acrochordon, caudal appendage, and lumbosacral lipoma ([Table 1](#table1-1179547619853534){ref-type="table"}). Histology, clinical presentation, and localization are important in distinguishing CPEN from other sacral skin lesion ([Table 1](#table1-1179547619853534){ref-type="table"}). CPEN should be considered in the differential diagnosis of a coccygeal skin lesion in infants.

###### 

Differential diagnosis of sacral skin lesions.

![](10.1177_1179547619853534-table1)

  ----------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------
  Differential diagnosis                           Demographics                   Histology                                                                                             Hyperhidrosis   Pain       Description                                                                                         Location
  ------------------------------------------------ ------------------------------ ----------------------------------------------------------------------------------------------------- --------------- ---------- --------------------------------------------------------------------------------------------------- -------------------------------------------------------------
  Eccrine nevus                                    F = M\                         Proliferation and hyperplastic eccrine sweat glands\                                                  Yes             No         No overlying skin abnormality (occasional depressed nodule or hyperpigmentation/hypopigmentation)   Upper extremities: forearm and wrist; occasional back/trunk
                                                   Congenital to adolescent       No vascular changes                                                                                                                                                                                                                  

  Coccygeal polypoid eccrine nevus (CPEN)          F \> M\                        Hyperplastic eccrine ducts surrounded by adipose tissue; vascular ectasia seen occasionally           No              No         Flesh-colored papule, acanthotic epidermis                                                          Coccygeal
                                                   Present at birth                                                                                                                                                                                                                                                    

  Eccrine angiomatous hamartoma                    M = F\                         Deep dermis---Increased number of capillaries and increased number of eccrine glands                  1/3 of cases    Yes        Flesh-colored, bluish or reddish solitary papule; pruritus, hypertrichosis                          Lower extremities
                                                   congenital/early childhood                                                                                                                                                                                                                                          

  Acrochordon ("skin tag")                         Adults                         No hypertrophic eccrine glands, central adipose tissue, loose collagen bundles, flattened epidermis   No              No         Flesh-colored, pedunculated, filiform                                                               Skin folds

  Caudal appendage^[@bibr10-1179547619853534]^     Congenital                     Presence of nerve fibers, striated muscle fibers, or cartilage                                        No              No         Skin-covered caudal midline protrusion associated with spinal dysraphism and tethered spinal cord   Coccygeal

  Lumbosacral lipoma^[@bibr11-1179547619853534]^   Associated with spina bifida   Mature fat tissue                                                                                     No              variable   Growing mass\                                                                                       lumbosacral
                                                                                                                                                                                                                   Neurological deficits                                                                               
  ----------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------------

Abbreviations: F, female; M, male.
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